This is an open access article distributed under the terms of the Creative Commons Attribution-NonCommercial-ShareAlike 3.0 License, which allows others to remix, tweak, and build upon the work non-commercially, as long as the author is credited and the new creations are licensed under the identical terms. These papules coalesced to form well-defined round plaques with irregular margins, varying in size from 1 cm × 1 cm to 10 cm × 5 cm over the previously involved skin [ Figure 1a ]. The rest of the skin appeared to be normal. Systemic examination revealed hepatomegaly. He also had fever and bilateral axillary lymph node enlargement. Fine needle aspiration cytology from the lymph node revealed reactive lymphoid hyperplasia. The routine blood investigations showed leukocytosis (46,000 cells/mm 3 ) with eosinophilia (38%). Alpha-1-antitrypsin could not be estimated. Hepatomegaly was confirmed on ultrasonography. Histopathology of a papule revealed orthokeratosis, acanthosis, focal thinning of the granular layer and focal mild spongiosis. The mid-dermis showed a mild to moderate interstitial infiltrate of neutrophils, lymphocytes, nuclear debris, occasional eosinophils and focal infiltration A follow-up examination at the age of 15 months revealed a decrease in erythema and edema over the plaques resulting in shiny, wrinkled and slightly pigmented skin. The annular plaques had an irregular border with central clearing and the margins were studded with erythematous papules. Some plaques showed a collarette of scale with a thin rim of erythema [ Figure 1b ]. These plaques resolved within a month. The skin, which could easily be lifted up, appeared loose and wrinkled similar to that of an old man [ Figure 1c ]. Repeat blood investigations showed a reduction in total leukocyte count to 12,000 cells/mm 3 and eosinophils to 7%. A repeat skin biopsy taken from lesional and non-lesional skin revealed an unremarkable epidermis and hypocellular dermis with thick bundles of collagen. There was elastophagocytosis with several histiocytes and giant cells interspersed between the collagen bundles [ Figure 3a and b]. There was a mild perivascular mononuclear infiltrate in the non-lesional skin. Verhoeff-van Gieson stain in both biopsies showed a reduction in elastic fibers, elastolysis and elastophagocytosis in the upper dermis.
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The developmental milestones were delayed after the onset of skin lesions. At the age of 23 months, there was no weight gain. He could sit without support and stand with support and dentition was delayed [ Figure 1d ].
Cutis laxa is a group of heterogeneous disorders that results from an abnormality in elastic tissue. It can be either inherited or acquired. Acquired cutis laxa type I is characterized by a generalized or localized inflammatory dermatitis which resolves to leave behind loose and wrinkled skin, with associated systemic involvement. [1] Acquired cutis laxa type II or Marshall syndrome is a postinflammatory elastolysis characterized by an acute onset of erythematous and edematous papules which coalesces to form annular plaques, as seen in our patient. [2, 3] Histopathologically, stage I of acquired cutis laxa is characterized by fragmentation of elastic tissue. Stage II has a lymph-oneutrophilic infiltrate, stage III shows elastophagocytosis and stage IV is characterized by elastic tissue loss. [4] The elastases produced by inflammatory cells, decrease in elastase inhibitors and abnormal copper metabolism have been implicated in the pathogenesis of Marshall's syndrome. [4, 5] Low levels of alpha-1 antitrypsin have also been reported. [6] Dapsone and oral prednisolone used in the past have had no effect on the disease outcome. [1, 5] The interesting findings to note in our patient were a few papules on the palms and soles. He had jaundice and hepatomegaly 2 months prior to the onset of skin lesions. Hepatomegaly has been reported in an infant with acquired cutis laxa. [6] We were unable to find any previous report of delayed milestones and delayed dentition associated with post inflammatory elastolysis and cutis laxa.
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